Gastrectomy was commonly performed for Zollinger-Ellison syndrome before accurate localization of the gastrin-secreting tumour was possible. We report a case of multiple endocrine adenopathy Type 1 who had a gastrectomy for the Zollinger-Ellison syndrome and who presented 20 years later with a pancreatic gastrinoma which grew to a massive size before becoming symptomatic.
Case report
A 36-year-old white female was admitted in 1965 with a 12-month history of epigastric pains, haematemesis and weight loss, and a 3-month history of steatorrhoea. Investigations revealed elevated serum-calcium levels ranging from 2.6 to 2.98 mmol/l (10.5 to 11.9 mg/dl) and a (R) renal staghorn calculus. Upper gastrointestinal barium studies demonstrated hypertrophic gastric folds as well as the small bowel findings typical of the Zollinger-Ellison syndrome with gastric hypersecretion. Gastric aspiration produced 895 ml of gastric juice in one hour containing 90 mEq of acid.
She developed an acute abdomen during her investigations, in October 1965, and laparotomy revealed a normal pancreas but large ulcers in her duodenum and lower oesophagus, and another in her jejunum which had perforated. A total gastrectomy was performed.
Hypercalcaemia and hypophosphataemia persisted postoperatively and surgical exploration of her neck in November 1965 revealed hyperplasia of all four parathyroid glands; three-and-a-half glands were removed. A diagnosis of multiple endocrine adenopathy (MEA) Type 1 with Zollinger-Ellison syndrome and primary hyperparathyroidism was made. She has a family history ofthis disorder; her mother suffered from hyperparathyroidism and a growth hormonesecreting pituitary tumour; one brother and one sister each had hyperparathyroidism and Zollinger-Ellison syndrome.
In 1972 she was treated for symptomatic anaemia due to post-gastrectomy vitamin B12 deficiency and was once again noted to have hypercalcaemia. Further neck exploration was however refused and she was then followed up for asymptomatic hypercalcaemia.
She remained well until December 1985 when she was readmitted with a two-month history of vomiting, epigastric pains and a firm mass in her (R) hypochondrium of which she herself had recently become aware. Results offull blood picture, urea and electrolytes, amylase and liver function tests were normal but plasma calcium was elevated at 3.04 mmol/1 (12.1 mg/dl). Ultrasound revealed a large 10 cm welldefined mass (Figure 1 ) adjacent to the Inferoposterior aspect of the liver. Computerized tomographic scan showed a well-encapsulated right upper abdominal lesion which appeared to arise in the pancreas Figure 2 ). Pancreatic hormones in the patient's fasting serum were measured by radioimmunoassay: vasoactive intestinal polypeptide (VIP), 7 pmol/l (normal < 30); pancreatic polypeptide (PP), 260 pmol/l (normal < 300); glucagon 10 pmolIl (normal < 50); neurotensin 25 pmol/1 (normal <100) and gastrin 1738 pmol/I (normal < 100). At laparotomy, a 10 cm encapsulated tumour was enucleated intact from the head of the pancreas. There was no evidence of metastatic tumour in either lymph nodes or liver. Histology revealed a pancreatic islet cell tumour which stained heavily for gastrin and partially to glucagon with immunocytochemical stains. The patient's symptoms ceased after surgery and postoperative recovery was uneventful. She was re-admitted in August 1986 with nausea, vomiting and constipation, and a serum calcium of 3.13 mmoJl/ (12.42 mg/dl). She then agreed to neck exploration which revealed a mass of parathyroid tissue weighing 400 mg. This was excised; histology revealed recurrent hyperplasia. She has since remained normocalcaemic on dihydrotachysterol.
Discussion
The association of a pancreatic islet cell tumour and hyperplasia of parathyroid glands was first noted by Wermer in 19541 and is now referred to as multiple endocrine adenopathy Type I (MEA-I). In patients with this syndrome, Zollinger-Ellison syndrome is the commonest functional manifestation of islet cell involvement2. The diagnosis can be made with precision using gastrin immunoassays. Modern techniques allow localization of the gastrin secreting tumour in up to 80% of cases3, and its surgical removal is now commonly advocated because of The Royal Society of Medicine potential malignancy4, irrespective of whether peptic ulceration can be controlled by other means.
The patient described here underwent a total gastrectomy in 1965, a procedure commonly performed for Zollinger-Ellison syndrome at that time; tumour resection would have been carried out but no such tumour was localized. She was then reluctant for many years to undergo further investigation while relatively asymptomatic. Although her tumour was not malignant, the possibility reinforces the view that such cases, treated by gastric surgery in past decades, should now be re-investigated where possible. For the past year she had had a nonproductive cough which had kept her, and the rest ofthe family, awake at night. One month prior to admission she had noticed wheezing. Her symptoms were not relieved by bronchodilators. For 2 weeks before admission she had become increasingly breathless. This, together with central chest pain, had confined her to bed. She was taking a diuretic for mild hypertension. There was no history of tuberculosis, asthma or ezma She had never smoked.
Clinical exmintionrevealed a hyper-resonant right hemithorax with diminiahed breath sounds, but a chest X-ray did not confirm a pneumothorax. Two days following this procedure, peak flow was 390 1min and FEV1/FVC 3.05/3.8. Four months later the transfer factor was 5.5 (5.8-10.6). Currently it is 7.9 (February 1987). At present she receives treatmn,ent for bronchial asthma and requires short courses of steroids, mainly in the summer. A nasal polypectomy was performed in 1985.
Bronchial obstruction by mucus plugs may involve the peripheral airways, as in asthma. In mucoid impaction the obstruction typically involves second order branch bronchi3'4 distal to a bifurcation. Shaw3, who first coined the term 'mucoid impaction' found bronchoscopy of little help in treatment of such patients on account ofthe inaccessibility ofthe mucus plugs. Mucoid impaction may be the result of allergic broncho pulmonary aspergillosis and cystic fibrosis4.
In plastic bronchitisl"2, mucus may be found in a lobar or main bronchus resulting in lobar or massive collapse. Obstruction involving both main bronchi is extremely rare. In the two cases reported, the diagnosis was only established at necropsy2. Cases of recurrent mucoid impaction have been described2, but happily our patient has remained well during the past 8 years of follow up. Life threatening mucoid impaction involving both main bronchi is extremely rare. Awareness of such a condition is important because bronchoscopic aspiration may, as in our patient, be life saving. Bronchial asthma and nasal polyps are associated features in this patient.
